A 22-year-old woman presented with learning disability and gait unsteadiness since adolescence. Medical history revealed episodes of encephalopathy and myoclonic jerks associated with intercurrent infections. Examination showed spastic paraparesis, ataxia and optic atrophy. Neuroimaging revealed agenesis of corpus callosum (Figure) . Plasma amino acid analysis disclosed elevated glycine levels with an increased cerebrospinal fluid:plasma glycine ratio. Figure.
Neuroimaging findings in nonketotic hyperglycinemia. Sagittal and axial brain MR images disclosing nearly complete corpus callosum agenesis (sparing only a small portion of the genu) and interhemispheric connection by posterior commissure (white arrow) in T1-weighted (A, B), T2-weighted (C) and FLAIR (D) sequences. Putamina, anterior commissure and hemispheric supratentorial white matter are also thin.
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